The missense P39L variant in the prion protein gene (PRNP) has recently been associated with frontotemporal dementia (FTD). Here, we analyzed the presence of the P39L variant in 761 patients with FTD and 719 controls and found a single carrier among patients. The patient was a 67-yearold male, with a positive family history for dementia, who developed apathy, short term memory deficit, and postural instability at 66. Clinical and instrumental workup excluded prion disease. At MRI, bilateral frontal lobe atrophy was present. A diagnosis of FTD was made, with a mainly apathetic phenotype. The PRNP P39L mutation may be an extremely rare cause of FTD (0.13%).
INTRODUCTION
Over the past years, several genes have been identified as causative of autosomal dominant frontotemporal dementia (FTD), including microtubule associated protein tau gene (MAPT), progranulin (GRN), and C9ORF72 (see [1] for review).
In addition, prion protein gene (PRNP) mutations have been associated with clinical pictures mimicking neurodegenerative diseases [2, 3] . So far, different mutations associated with clinical phenotype mimicking FTD with behavioral disturbances and/or parkinsonism have been found, mainly in C-terminal region [4, 5] . Moreover, a novel missense P39L mutation in PRNP has been recently reported in two patients with FTD syndrome [6] who were negative for mutations in genes causative of dementia known to date.
Here, we analyzed 761 Italian patients with FTD and 719 controls for the presence of the PRNP P39L mutation and found a carrier in patients and none in controls.
POPULATION AND METHODS

Subjects
Seven hundreds sixty one patients (374 males and 387 females; mean age±standard deviation (SD): 67.2±8.8 years; mean age±SD at onset: 62.8±4.3 years) with FTD were recruited at: Alzheimer
